Analyses have been made of glycosphingolipids from formalin-fixed sections of grey and white matter from nine different regions from the brain of a patient with an unusual lipid storage disease, diagnosed initially as Tay -Sachs-disease. The fatty acid compositions of the accumulated glycosphingolipids were determined. This patient was found to have abnormally high concentrations of A 0 2(GM3>-ganglioside (hematoside), AjiGj^-ganglioside (ray-ÄJC/zs-ganglioside), besides monohexosylceramide and dihexosylceramide in much higher than normal amounts. The dihexosylceramide was identified as lactosylceramide. The monohexosylceramide of the grey matter was a mixture of galactosyl-and glucosylceramide, with 62 % galactosyl-and 38 % glucosylceramide. The levels of trihexosylceramide and tetrahexosylceramide were no higher than normal. The fatty acid composition of the lactosylceramide is similar to that of the corresponding ganglioside, which contains predominantly stearic and palmitic acids. The fatty acid components of the glucosylceramide, however, show a markedly different pattern.
A sphingolipidosis with the accumulation of neutral glycosphingolipids, A^fG^s) andA^G^-ganglioside.
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Wir beschreiben den Lipidstatus einer schwer einzuordnenden Lipidose, charakterisiert durch eine Anreicherung von A 02 (GMsVgangliosid 
